A 53-year-old woman was referred to us for evaluation of a progressive hearing loss. She had previously undergone a tympanoplasty with mastoidectomy on the left side, but she experienced no significant improvement in hearing. Over the preceding 3 years, her hearing had declined to the point that she was having difficulty communicating at work.
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A Weber tuning-fork test lateralized to the left, and bone conduction was greater than air conduction (512 Hz). Standard pure-tone audiometry elicited a fourfrequency pure-tone average of 73 dB via air conduction and 33 dB via bone conduction on the left, which was consistent with the findings on the tuning-fork test. Audiometry showed a mild mixed hearing loss on the right. Speech discrimination scores were 100% bilaterally.
Otoscopic examination of the right ear revealed a small, dry, central perforation of the tympanic membrane without any other obvious abnormalities. On the left side, a small mastoid cavity and a shallow facial ridge were seen (figure). The left tympanic membrane was intact but retracted, and the outline of a sculpted prosthesis could be seen posteroinferiorly. More superiorly, a pulsating tissue mass with several reticular blood vessels on its surface, consistent with glial tissue, could be seen through the tympanic membrane. The patient was diagnosed with an encephalocele of the left ear.
Encephaloceles of the middle ear can occur as a result of trauma to the temporal bone, surgery of the middle ear and mastoid or, less commonly, as a socalled spontaneous process related to a progressive thinning of the middle fossa plate. Surgical management often involves a middle fossa craniotomy for reduction and repair of the defect, although in certain cases the transmastoid approach can also be used. Figure. Otoscopic image of the left ear shows the facial ridge (F), the prosthesis (P), the cochleariform process (C), and the eardrum retracted over the pulsatile glial tissue (arrow).
